The patient was a male infant born prematurely at 33 weeks of gestation with an unbalanced 9;13 chromosome translocation and partial trisomy. He was evaluated for hearing loss, in which a brainstem evoked response audiometry showed no response at 90 db bilaterally. Temporal bone 3-D-reformatted magnetic resonance images (MRI) derived from high-resolution DRIVE sequences demonstrated bilateral labyrinthine dysplasia, including bulbous posterior vestibules and absent posterior semicircular canals, as well as deficiency of the bilateral cochlear apical turns (figure 1).
Temporal bone anomalies associated with unbalanced 9;13 chromosome translocation depicted on CT and MRI
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The patient was a male infant born prematurely at 33 weeks of gestation with an unbalanced 9;13 chromosome translocation and partial trisomy. He was evaluated for hearing loss, in which a brainstem evoked response audiometry showed no response at 90 db bilaterally. Temporal bone 3-D-reformatted magnetic resonance images (MRI) derived from high-resolution DRIVE sequences demonstrated bilateral labyrinthine dysplasia, including bulbous posterior vestibules and absent posterior semicircular canals, as well as deficiency of the bilateral cochlear apical turns (figure 1).
Craniofacial computed tomography (CT) with 3-D-reformatted images also demonstrated microtia with external auditory canal atresia, hypertelorism, bifid nose, midline cleft lip and palate, and a persistent craniopharyngeal canal compatible with frontonasal dysplasia, as well as coronal synostosis with brachycephaly (figure 2). In addition, the patient had a midline posterior scalp lesion that proved to be an ectopic meningothelial hamartoma, as well as choroid plexus hypertrophy with associated hydrocephalus.
The presence of microtia in conjunction with inner ear anomalies is uncommon, but has been described in several syndromes, including Goldenhar syndrome, Down syndrome, Klippel-Feil syndrome, and FGF3 mutation associated with differential inner ear malformation, microtia, and microdontia. [1] [2] [3] [4] In some cases, frontonasal dysplasia can also occur along with ear anomalies. 5 However, the constellation of extensive craniofacial, ear and temporal bone, and intracranial anomalies in this patient appears to be a unique association.
High-resolution CT and MRI both can provide excellent delineation of the inner ear anatomy. CT depicts the details of osseous structures, and MRI depicts the labyrinthine contents and the vestibulocochlear nerve. 6 Furthermore, high-resolution CT is the modality of choice for the evaluation of external auditory canal atresia and craniofacial malformations, while MRI is 
